The family described here came originally from Teheran and consisted of four siblings whose parents were first cousins. Two of the three boys and the only girl were affected, but no other members of the family or their relatives had a history of eye disease.
The clinical presentation in the three patients was strikingly similar. In each of the three children visual difficulties had begun at the age of 6 years and they had become virtually blind within the ensuing 10 years. There was also extreme photophobia and a characteristic tendency to sneeze violently and repeatedly on exposure to light. There appeared to have been no other history of eye disease or trauma. All three siblings had had a corneal graft in 1981, the oldest boy at that time being 20, his brother 12, and his sister 17. Full clinical details are not available, but 'failure' was said to have occurred after two years in the case of the young men and after only two months in the case of the girl.
At the time of presentation in 1986 the older brother was aged 26, the younger 18, and their sister 24. The clinical features in all six eyes were very similar, but examination was extremely difficult (even under local anaesthesia) because of the intense photophobia. Vision was reduced to barely navigational levels. Both the grafted and non-grafted corneae were opaque, with confluent jelly-like nodules extending throughout, and superficial vascularisation (Fig. 1) . The grafted eye in the girl was more opaque than the other eye and was therefore regrafted; in the two men the converse was the case.
All three siblings underwent penetrating keratoplasty. The operations were uneventful except that it was considered helpful to excise the peripheral the reactions of amyloid, namely, positive staining with the periodic acid Schiff and Congo red methods, orange-green dichroism with Congo red when examined in polarised light, and bright greenish yellow fluorescence with thioflavin T. In the second of the discs examined (the brother) the eosinophilic deposits penetrated as deeply as two-thirds of the corneal thickness. There was evidence of the previous corneal graft in the first disc examined, and Descemet's membrane and associated endothelial cells were clearly visible in both cases. Electron microscopy in the second specimen revealed fibrils that measured 10 nm in diameter and were consistent with amyloid. The morphological findings in both patients were considered to be compatible with the diagnosis of primary gelatinous drop-like corneal dystrophy (Figs. 2, 3 
